**What was known?**

Systemic steroids are used to treat autoimmune thrombocytopenia in SLE

Introduction {#sec1-1}
============

SLE is a multisystem disorder, characterized by production of numerous autoantibodies, some of which have pathogenic consequences and result in considerable morbidity. Autoimmune thrombocytopenia is a common manifestation of SLE.\[[@ref1]\] Medications for treatment include steroids as the first line therapy. But, many patients require immunosuppressive or other therapies to control the disease and prevent relapses.\[[@ref2]\] Rituximab is a chimeric, monoclonal antiCD20 antibody, which specifically depletes B cells. It has demonstrated effectiveness in various autoimmune hematological disorders.\[[@ref3]\]

Case Report {#sec1-2}
===========

A 48-year-old lady, known case of SLE from last 2 years, was admitted with fever, malaise, weakness, rash on the face, and swelling of the right knee joint since 1 month.

General examination revealed pallor and fever with temperature of 37.6°C.

Cardiovascular, respiratory, abdominal, and central nervous system examination were normal.

Dermatological examination revealed erythematous malar rash and ulcers over the buccal mucosa. Right knee joint was swollen with painful movements. There was no effusion of the knee joint.

Her investigations were as followed: Hb 9 gm%, white cell count 17200/mm^3^ polymorphs 92%, platelet count1, 31,000/mm^3^, ESR 75 mm/hour, LDH 219 U/L, serum creatinine 1.53 mg/dl and 24 hour urinary protein 1.94 gm/dl. Anti-nuclear antibody, Anti-double stranded DNA, Rheumatoid factor, and direct Coomb\'s test was positive.

She was diagnosed as a case of SLE with autoimmune hemolytic anemia with renal involvement.

She was treated with 40 mg dexamethasone IV for 4 days followed by oral prednisolone 1 mg/kg/day along with azathioprine 50 mg daily and hydroxychloroquine 200 mg daily and sunscreen lotion. Her condition improved, and she was discharged from the hospital.

After 4 weeks, the patient was re-admitted with high-grade fever and hematuria. Her hemoglobin was 7 gm%, white cell count 6880/mm^3^, platelet count 30,000/mm^3^, serum creatinine 2.21 mg/dl, urine examination showed albumin 3+ with plenty of pus cells. Her urine culture grew E. coli, which was sensitive to ceftriaxone and amikacin. Blood sugar level was above 400 mg%. No purpura or cutaneous bleed were seen.

The clinical and laboratory features indicated active lupus with thrombocytopenia in spite of immunosuppressive therapy. Hence, we considered the use of Rituximab. After informed written consent, she was administered 1^st^ dose of Rituximab 1 gm IV with cardiac monitoring in the ICU. She was also given antibiotics and insulin.

She showed no adverse effects and clinically improved within 3-4 days. On discharge, her platelet count was 64,000/mm^3^ and serum creatinine 1.69 mg/dl. The dose of oral prednisolone was tapered to 20 mg/day rapidly within 15 days. Tablet azathioprine and hydroxychloroquine were continued.

She received 2^nd^ dose of rituximab exactly after 15 days without any adverse events.

Within 1 week, she showed dramatic improvement. Her platelet count was 1,90,000/mm^3^, serum creatinine 1.56 mg/dl, and urine examination showed only trace albumin \[[Table 1](#T1){ref-type="table"}\].

###### 

The various parameters during course of hospitalization
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After 2 doses of Rituximab, her dose of oral prednisolone was further tapered to 2.5 mg alternate day. Azathioprine was completely stopped. She is on regular follow-up for last 4 yrs without any recurrence.

Discussion {#sec1-3}
==========

SLE is a multisystem disorder, characterized by production of numerous autoantibodies, some of which have pathogenic consequences and result in considerable morbidity. The American College of Rheumatology (ACR) criteria summarizes features necessary to diagnose SLE.\[[@ref1]\] The presence of 4 of the 11 criteria yields a sensitivity of 85% and a specificity of 95% for SLE. In the present study, more than 4 criteria were present.

Thrombocytopenia is a common manifestation in SLE, its prevalence ranging from 7% to 30% of patients, with the American College of Rheumatology (ACR)\[[@ref1]\] defining it as a platelet count less of than 100,000/mm.\[[@ref3]\] Steroids are still the first line of treatment, but many patients require immunosuppressive or other therapies to control the disease and prevent relapses.\[[@ref4][@ref5]\] Refractory thrombocytopenia occurs when conventional treatment with steroids fails and a platelet count is less than 30,000/mm3 or clinical bleeding is seen, constituting a poor prognostic factor associated with elevated mortality.\[[@ref6][@ref7]\]

Rituximab is a chimeric mouse-human monoclonal antibody against a transmembrane protein, the CD20 antigen; present on B lymphocytes. CD20 antigen is present on all stages of B cell development except plasma cells, immunoglobulin production is not affected, and the risk of infections is not increased. Rituximab results in inhibition of B cell proliferation, apoptosis, and lysis through complement-dependent and complement- independent mechanisms.\[[@ref8]\] Preliminary results of treatment with rituximab confirmed its efficacy and safety in subjects with SLE.\[[@ref9]\]

The present patient had severe and recurrent flares of lupus, which was difficult to manage with standard medications including corticosteroids, hydroxychloroquine, and azathioprine. Intense immunosuppression resulted in infections, requiring multiple hospital admissions. Rituximab administration helped in steroid sparing with satisfactory improvement in skin rash, fever, thrombocytopenia, and renal symptoms. The response in our case was similar to that seen by Hua *et al*.\[[@ref10]\]

Thus, we conclude that Rituximab therapy is promising and an effective alternative in the treatment of thrombocytopenia secondary to SLE.

**What is new?**

Steroid resistant thrombocytopenia in SLE can be successfully treated with Rituximab
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